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Familial Mediterranean fever (FMF) is an autoinflammatory
disorder that is inherited in an autosomal recessive pattern
and primarily affects people of specific ethnicities such as
Jews, Turks, Arabs, and Armenians.1 It usually presents as
periodic fever associated with serositis (predominantly
peritonitis, pleuritis, and arthritis).1 Central nervous sys-
tem (CNS) manifestations in patients with FMF are rarely
reported, and are associated with optic neuritis, pseudo-
tumor cerebri, multiple sclerosis, and aseptic meningitis.2,3
We report a case of FMF in a child who presented only with
recurrent aseptic meningitis and no other manifestations of
the disease.2. Case Report
A 13-year-old Jordanian male presented to the emergency
department with headache, fever, and neck pain of 1 day
duration, associated with photophobia and phonophobia.
He had no skin rash or change in mental status. There was
no history of trauma. His past medical history was signifi-
cant for two other admissions within the past 3 months* Corresponding author. Pediatric Department, Jordan University
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times, he was diagnosed as having viral meningitis after
undergoing cerebrospinal fluid (CSF) examination that
showed pleocytosis. Bacterial culture and Gram stain re-
sults were both negative.
Physical examination revealed an ill-looking patient with
a temperature of 38.6C, pulse rate of 90 beats/min, res-
piratory rate of 30/min, and blood pressure of 95/
65 mmHg. Meningeal signs were detected. The rest of the
physical examination, including the CNS examination, was
unremarkable.
Laboratory workup showed a white blood cell count of
9300/mm3, with 66% neutrophils and 22% lymphocytes;
hemoglobin of 12.3 g/dL; and platelets of 255,000/mm3.
The C-reactive protein result was negative. The CSF anal-
ysis revealed a white blood cell count of 45 cells/mL with
97% lymphocytes; red blood cell count, 40 cells/mL; pro-
tein, 27 mg/dL; and glucose, 80 mg/dL (serum glucose,
100 mg/dL). The CSF culture showed no bacterial growth,
and the Gram stain was negative. The CSF polymerase chain
reaction tests for enteroviruses and herpes simplex virus
were negative.
The patient’s symptoms completely resolved by the 5th
day of admission. A thorough workup was performed to
investigate the cause of recurrent aseptic meningitis, and
included magnetic resonance imaging of the brain and
spine, serum immunoglobulin level, lymphocyte cell
markers, and total hemolytic complement. All were unre-
markable. The patient was discharged with a diagnosis of
recurrent benign lymphocytic meningitis (i.e., Mollaret’sditerranean Fever Presenting with Recurrent Aseptic Meningitis: A
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oped another episode of meningitis. He was investigated for
FMF by using DNA sequencing of the MEFV gene. The ho-
mozygous E148Q mutation was detected. In the homozy-
gous state, the mutation causes FMF and patients with the
mutation are symptomatic.4
The patient was started on 1 mg daily of colchicine. A 6-
month follow-up (i.e., to date) revealed no further recur-
rence of meningitis.
3. Discussion
Familial Mediterranean fever is caused by a mutation in the
MEFV gene and usually manifests with periodic attacks of
fever associated with a triad of sterile peritonitis, pleuritis,
and arthritis.1 Symptoms usually resolve spontaneously, and
between attacks, the patient is often asymptomatic.1
Recurrent aseptic meningitis has rarely been described as
a manifestation of FMF.3,5 In most patients, the diagnosis of
FMF is established earlier because the more common
manifestations of FMF precede the onset of recurrent
meningitis. In one systematic literature review focusing on
whether recurrent aseptic meningitis can be a manifesta-
tion of FMF, only five cases were found that supported the
diagnosis of both illnesses concurrently, four of which failed
to provide sufficient evidence to support a causal
relationship.5
The presence of the MEFV gene mutation establishes the
diagnosis, although FMF is usually diagnosed, based on the
clinical diagnostic criteria, family history, and response to
colchicine.1,6 Some gene mutations are associated with
severe disease and a higher risk of amyloidosis; however,
the gene mutation identified in our patient (i.e., E148Q)
has been associated with the mildest disease and a low risk
of amyloidosis.4
Treatment with colchicine remains the mainstay of
therapy for patients with FMF.7 Colchicine preventsPlease cite this article in press as: Yusef D, Khasawneh W, Familial Me
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attacks, and may result in complete remission of the dis-
ease.1,7 Colchicine also resolved recurrent meningitis in
most reported cases of FMF and recurrent aseptic menin-
gitis.2,3 The present patient likewise had no more re-
currences in a 6-month follow-up period (i.e., to date),
compared to the four attacks of typical aseptic meningitis
in the 6 months preceding the start of colchicine. In
conclusion, FMF should be considered in the differential
diagnosis of recurrent aseptic meningitis. Treatment with
colchicine usually results in the cessation of meningitis
episodes in these patients.Conflicts of interest
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